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The number of @ globin genes have been documented among
255 active SS patients under the age of 15 years. Ascer-
tainment in the area served by our clinical program is 84%.
The common -3.7 Kb 0 -Thalassemia (Th) had a gene frequency
of 0.17. The incidence of homozygotes was 2.9%, and
heterozygotes 30.6%. These values are consistent Hith
Hardy-Weinberg expectations. There were only two @ =Th
heterozygotes among the 13 children born and deceased in
the last 7 years (GF = 0.08). Children with SS;-a/-0 had
better height/weight parameters (25-50% vs <10% for
Ss;oan ) ; were less likely to have gallbladder disease
(1/8) and more likely to have splenomegaly beyond the first
year of life (6/8). Three lines of evidence suggested that
o =Th interacts with the rapid decline of Hb F in the first
three years of life to modify the physical expression of
SS: 1. The MCHC of Hb S homozygotes under age 7 appears
independent of 0 gene numbers and thus unlikely to impact
on clinical expression; 2. In cord blood, 3 patients with 5 < et
SS;-0/-c had lower Hb Barts (2.4%) than babies with AA PRITEIE Sy —TOF —Sap TORUWINE —POymIOrpiic—TesHichon —sies:
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absolute Hb F values in the first three years of life among @'v 1), Hinfl (568); AveH (8); Hpal-(3'8); and
children with SS;-0/-C resembles that of patients with Bam ' 8).Haplotypes-were-constructed by-exami i
SS;ax A who maintain a higher Hb Pt after the age of 7 yrs
(0.121 g/dl/month). The rate of decline of absolute Hb F
levels among SS children with aa/ad who will have Hb F
under 10% after their 7th birthday is 40% faster (0.172 g/
dl/month). These data are consistent with preferential
assembly of Hb F over Hb S tetramers during a critical
period of postnatal development of SS;-0/-0 children.
Consequently the inter-cellular distribution of Hb F may
be less restricted and help to improve the clinical condi-
tion by preserving spleen function. Additional SS newborns R
with a-Th are being sought to corroborate these observa- by
tions. ¥ -
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